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A neurofibroma is a benign tumor arising from neu-
rons and perineural cells [1,2]. Neurofibroma is a
poorly circumscribed, diffuse enlargement of neural
sheets that typically involves major nerve trunks of
the head and neck region because of the rich inner-
vation of this area [1,3–5]. Although this benign
tumor has long been recognized as a pathognomonic
criterion for neurofibromatosis type 1 (NF-1) (or von
Recklinghausen’s disease), it may also occur as a jaw
lesion arising in a nerve root [3,4]. It is usually quite
difficult to identify the specific nerve origin in this
condition [6]. In our case, the involved nerve may
have been the inferior alveolar nerve. In this article,
we describe a rare case of isolated neurofibroma in a
female patient without family history of NF-1, and
discuss the clinical and pathological diagnosis.
CASE PRESENTATION
A 16-year-old woman presented at our Oral and
Maxillofacial Surgery Department, Guangdong, China,
complaining of difficulties in opening her mouth,
which persisted for 4 months and gradually became
more severe. During this time, the patient felt numb-
ness in her left lower lip. The patient reported no
weight loss, night sweats, rigor or low-grade fever in
association with her condition. X-ray images of the left
mandible showed many low density regions from
the left mandibular triangle to the mandibular notch.
The regions had multilocular characteristics and the
edges were irregular (Figure 1).
The lesion was approximately 3.5×2.0 cm in size
with a honeycomb appearance. Computed tomogra-
phy of her mandible revealed that her left mandible
and the interior and external bone lamella were de-
stroyed (Figure 2). Three-dimensional reconstruction
imaging showed that the destruction had occurred
from the left mandibular triangle to the mandibular
notch, and presented multilocular features (Figure 3).
Physical examination of the patient showed that the
face of patient was symmetric. There was tenderness
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revealed a well-defined mass involved the region
distal to the left first molar and extended to the
mandibular ramus, but not the left condyle. After
removal of the tumor, an appropriately sized piece of
bone was taken from the left spine of the iliac bone to
fill the defect (Figure 4).
Morphologic analysis revealed that the tumor cells
were spindle-shaped, aligned in a plexiform manner,
and grew actively (Figure 5). The tumor was histopa-
thologically analyzed and an immunohistochemical
panel comprising S-100 protein was performed (Figure
6). The tumor was negative for Vim, HMB45, or
HHF35. Thus, the final diagnosis was a neurofibroma
arising from mandible.
After surgery, the patient was able to open her
mouth normally. The height of opening was 3.0 cm.
The occlusion was successfully treated by intermaxil-
lary traction.
Figure 2. Computed tomography and myocardial perfusion reserve revealed hypertrophy from the left mandibular triangle to the
mandibular notch.
Figure 3. Three-dimensional image reconstruction showed the extensive bone destruction.
Figure 1. X-ray images showed the multilocular features in the
left mandible.
on the left lesion of the temporomandibular joint. The
maximum height of the mouth opening was 0.5cm.
The passageway of the mouth was clear.
Based on the initial diagnosis of a mandibular
tumor, surgical exploration was undertaken via a stan-
dard mandibular approach. The surgical findings
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Figure 4. X-ray image of the left mandible after reconstruction
surgery.
Figure 5. Photomicrograph of the tumor tissue revealed that the
tumor cells had a spindle-shaped appearance with a plexiform
alignment (original magnification, 100×).
Figure 6. Photomicrograph of the lesion showed that the tumor
cells were positive for S-100 (original magnification, 200×).
DISCUSSION
Neurofibroma is usually considered to be an essential
characteristic of a generalized syndrome known as NF,
a neurocutaneous systemic disease that arises from an
autosomal dominant mutation. NF includes a hetero-
geneous spectrum of disorders and, to the best of our
knowledge, a positive family history is reported for
approximately half of all confirmed cases. NF-1 is the
most common form and is characterized by a range of
neurocutaneous and soft-tissue lesions. NF type 2 is
characterized by the development of bilateral acoustic
neuromas [2].
Most neurofibromas in the head and neck region
tend to be solitary tumors. However, the occurrence of
an isolated neurofibroma affecting the inferior alveolar
nerves without any other features of NF-1, as in the
present case, is very rare in the mandible [1,5,7–10].
The present case had no family history of NF-1.
Initially, we were unsure whether this tumor was actu-
ally a neurofibroma. X-ray, computed tomography
and three-dimensional image reconstruction indicated
that this tumor was an ameloblastoma and an odon-
togenic myxoma because of the honeycomb appear-
ance, extensive bone destruction, and slow growth
[11]. Because of the numbness of the left lower lip, we
assumed that the left inferior alveolar nerve had been
destroyed. This tumor was characterized by extensive
osteolysis. Taken together, these features suggest that
the tumor is malignant [12].
Pathology revealed the presence of multiple, rela-
tively well-demarcated fascicles of spindle-shaped
nerve cells, most of which are positive for S-100
[1,7,13]. Therefore, we assessed S-100 protein expres-
sion. However, Vim, HMB45, and HHF35 were nega-
tive. The type of neurofibroma seen in the present case
could be a clinical manifestation of segmental neuro-
fibromatosis resulting from mosaicism of NF-1.
Although genetic testing for some of the mutations of
the NF-1 gene is available, there is no evidence that
such testing is helpful in diagnosing NF-1 in patients
with isolated neurofibroma.
In conclusion, the present case report has shown
that neurofibroma can occur in jaw as an isolated
benign tumor in patients with no family history or
other features of NF-1.
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發生於左側下頜骨的神經纖維瘤：病例報告
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以下闡述一個極其罕見的發生在左側下頜骨相對孤立的神經纖維瘤，同時並無 I型神
經纖維瘤的家族病史。腫瘤的組織病理學與免疫組織化學分析顯示 S-100蛋白成陽
性。Vim，HMB45和 HHF35成陰性表達。腫瘤細胞呈梭形，並且呈編制狀排列，
生長活躍。典型的神經纖維瘤特徵是以伸長的細胞核和不充分的細胞質組成的增大的
神經纖維束。這篇報告我們主要強調在無任何 I型神經纖維瘤病的特徵下發生在下頜
骨同時相對孤立的神經纖維瘤。
關鍵詞：診斷，下頜骨，神經纖維瘤
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